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Abstract:

We are describing here a rare case of pregnancy in a patient of Klippel-Trenaunay syndrome (KTS). She
was an unbooked case and her pregnancy was uneventful. The patient presented to emergency department
in labor and her caesarean section was performed in view of contracted pelvis. Her intraoperative and
post-operative period was uneventful. The clinical course and the risks of pregnancy in such a background
are discussed. Given the rarity of the disease, there is little information available to counsel these patients
regarding obstetric outcome.
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Introduction

Klippel Trenaunay syndrome is a rare congenital
disorder characterized by a triad of congenital
malformations  including extensive cutaneous
haemangioma (port wine stain), soft tissue or bone
hypertrophy affecting a leg and/or arm on one
side and venous varicosities [1]. When associated
with arteriovenous fistulas, it is known as Klippel
Trenaunay Weber syndrome (KTWS) [2]. KTS
is often associated with massive hemorrhage,
thrombosis and pulmonary embolism due to the
rupture of superficial and deep arteriovenous
malformations (AVMs) during surgery [1]. It affects
females and males equally and presents at birth
or during early infancy or childhood. International
reports estimate an incidence of 2-5 cases per
100,000 live births. There is no national record
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of such cases in India. Although Klippel-Trenaunay
syndrome probably has a genetic background, it is
very rare for more than one person in a family to
be affected. Literature quotes only one example
of sibling involvement [2]. In our patient there was
no family history of KTS.

Pregnancy has been rarely reported in patients with
KTS and to the best of our knowledge, literature
includes only 20 reports of pregnancy complicated
by KTS [1] and none reported from India. Usually
pregnancy is discouraged because this rare disease
puts a pregnant woman at increased obstetric risks
of deep venous thrombosis (DVT), thromboembolism
and hemorrhage, intra-uterine growth restriction
etc. We present here a case of pregnancy with
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KTS which was diagnosed just prior to delivery
when she came with labor pains in emergency
department.

Case Report

A 22 years old, unbooked primigravida presented
in emergency at term gestation with labor pains.
She had an abnormal built of body since birth for
which she never consulted any clinician. She had
right sided hemi-hypertrophy of the body below
neck [Fig.1a] leading to scoliosis of thoracolumbar
spine. There was also hypertrophy of left palm and
sole. Varicose veins were present in both the legs,
more in right leg [Fig.1b]. Large port wine stains
were present on the back and right hypochondriac
region [Fig.2]. Preoperative investigations including
the coagulation profile were all within normal limits.
She was taken up for an emergency caesarean
section in view of contracted pelvis. Low transverse
abdominal incision under general anesthesia was
given and she delivered a healthy male baby of
3 kg. Intra-operative and post-operative period
was uneventful. No abnormal finding indicative of
neonatal KTS was seen. Elastic stockings and low-
molecular weight heparin (40 mg/day) injection
was administered subcutaneously for seven
postoperative days as prophylaxis to prevent DVT.
The patient was discharged with her baby in good
health on 8" postoperative day. She accepted
lactational amenorrhea method for contraception.
She did not have any unfavorable event in life fill
date. She was counseled and referred for specific
treatment of her vascular abnormalities.

Discussion

We did not encounter any complication during
cesarean section, but in the post-operative period
we should be aware of the possible complications
related to this syndrome. Given the rarity of the
disease, there is little information available to
discuss and counsel the patients regarding effects
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Fig.1 (a): Hypertrophy of right leg. (b): Varicosities
in right leg.

Fig.2: Port wine stain on the back.

of Klippel-Trenaunay syndrome on maternal
physiology and fetal outcome. Four cases reported
by Rebarber Andrei et al. had successful delivery of
healthy infants at or beyond 36 weeks of gestation

Journal of Case Reports



with one having pulmonary embolism in post-
operative period [4]. G. Fait et al. reported a case,
who on two occasions delivered small for gestational
age neonates [5]. Our patient delivered a baby by
LSCS that was appropriate for gestational age.

Early identification of such patients presenting
directly to obstetrics department is important and
depends on prior knowledge of such syndrome.
The diagnosis is based on clinical evidence. At
least two of the three criterias discussed above
must be fulfilled [4]. Our patient had all the three
features. We were unaware of such a case and
hence diagnosis of KTS was not made in emergency
department and preliminary necessary precautions
could not be taken.

Hemangiomas associated with KTS may involve
any part of body including abdominal viscera
like liver, spleen, uterus etc. leading to sometimes
acute abdomen with hemoperitoneum with even
slight trauma, that may occur while conducting
delivery. Vulval hemangioma should be excluded
while planning such patients for vaginal deliveries
as cases of DIC with abnormal haemorrhage
because of such vessels have been reported [1]. To
prevent these complications, MRI should be done
to determine the existence of abnormal vessels
in the pelvis, birth canal or spinal cord before
delivery so as to decide the mode of delivery [1].
If neuraxial vascular anomalies cannot be ruled out
radio graphically, regional anesthesia should be
avoided. The literature also recommends avoidance
of epidural or spinal analgesia because of the risk
of spinal hematoma [1]. Because our patient had
severe scoliosis, general anesthesia was given and
complications related to regional anaesthesia were
avoided.

Additionally, regardless of the anesthetic technique
chosen, the coagulation profile of these patients
should be verified for signs of coagulopathy.
One report regarding cutaneous hemangiomas
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sequestering platelets, leading to Kasabach-Merritt
syndrome, a type of consumptive coagulopathy
is also present, [6] so prior to any operative
procedure one must get the platelet count done.

Patients with the Klippel-Trenaunay syndrome have
an increased risk of thromboembolism [1] and in
one survey of 252 patients, 20 (8%) patients had
pulmonary embolism or deep vein thrombosis [4].
Hence, long term anticoagulation in such patients
is advocated during pregnancy to prevent
thromboembolism [1]. As there is currently no cure
for Klippel-Trenaunay syndrome, treatment aims to
relieve symptoms and prevent disabilities. In mild
forms of the disease, elastic stockings are advised
to prevent oedema [2]. Hypertrophy of a limb
may lead to subsequent vertebral scoliosis, gait
abnormalities, and compromise of function, hence
surgical correction has been described in few studies
[2]. We advised our patient for elastic compression
stockings and gave her prophylactic low molecular
weight heparin. On follow up after six weeks, the
patient had no problem.
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